This volume is the proceedings of a symposium of the Society for the Study of Inborn Errors of Metabolism held in 1967. The aim of the symposium was to carry out an interdisciplinary approach to the problems of some inborn metabolic errors affecting brain and muscle. The basic plan has been to define the clinical problems, examine the pathological changes, and then attempt to explain them biochemically. The use of this approach shows some of the historical development of our understanding of the subject.
The proceedings appear essentially as a series of review articles which are generally illustrated and have a useful series of references. The figures are especially helpful in clarifying the biochemical complexities presented. In the large field of the inherited disorders of muscle and brain, a limited number of conditions have been selected. Consequently, it has been possible to include sufficient detail to reach a stage at which clarification has sometimes been possible as well as the definition of genuine confusion.
The clinical and biochemical aspects of muscular dystrophy have been reviewed with a consideration of the importance of the nervous system to the organisation of muscle. The glycogenoses of skeletal muscle are presented in detail. In these rare diseases it is clearly shown how much depends on the enlightened investigation of individual patients. A large part of this symposium was devoted to the sphingolipidoses; this section is clear and concise. An overall view is presented which is memorable but not facile; this is a considerable achievement in such a complex subject. Wilson's disease is next considered with considerable emphasis on studies using radioactive copper. At this point it was very clear that the meeting was held in 1967 since there 45 This little book is neither a treatise on the pigmented naevus nor a description of a new experimental animal, but a reasoned argument for the SI unit of substance (symbol mol). It provides an account of the mole concept and illustrates its advantages as a basic unit in medicine. It is written in simple terms and intended for those whose training included only a brief contact with the mole.
Three basic arguments are used: 1. Expressing concentration of chemical compounds in terms of moles provides a uniform system of units. 2. The use of moles avoids the ambiguities of the equivalent, particularly with polyvalent anions. 3. The mole scale facilitates the calculation and understanding of osmolality, but the advantages of doing this are not convincingly explained. Surprisingly, there is little mention of the value of the mole concept in metabolism, where it provides a quantitative explanation of metabolic processes and the relationship between molecules, and has a much wider application than the equivalent which it replaces.
The theoretical arguments for the mole are overwhelming but so, at present, are the practical difficulties of making the transition. The authors do not attempt to suggest how or when the change should be made, or list the substances for which molar concentration would be impossible to calculate or inappropriate to use. Expressing the concentration of mixtures, such as urinary ketosteroids, may not be valid and certainly warrants more explanation than is given. The normal faecal urobilinogen excretion is quoted in mmol/24 h, but its molecular weight is not stated, and the reader will remain puzzled on how to make the conversion and unconvinced as to whether it is worthwhile.
In a book which advocates one SI unit, it is a pity that many non SI units and symbols, far less controversial than the mole,are retained. The symbol for cubic centimetre is em" not c.c.; that for litre is I not I; those for hour and second are hand s not hr. and sec. The unit of mass should be spelt gramme. Symbols for all units should never be followed by a full stop (except at the end of a sentence) and names of units are not given a capital letter (e.g. newton). There are ambiguities such as 'm./sec./sec.' and, for the gas constant R, 'litre atmospheres per mole per degree'. Other mistakes can further confuse or mislead the reader. The definition of molality is incorrect (mol/kg not mol/!) and in Tables 1 and 2 the plasma and urine concentrations of many substances are
